By PURVES STEWART, M.D. aged 15 . Patient feels perfectly well, and only came under observation after the discovery of the nature of the illness of his elder sister (q.v.) . Pupils, cranial nerves, sensory, motor, and reflex functions all normal. Slight myoclonic twitches in numerous muscles of limbs and trunk (e.g., rectus abdominis, trapezius, deltoids, upper arm muscles, quadriceps extensor, tensor fascia femoris).
Case II.-L. H., aged 8, brother of previous patient. General health excellent. Patient feels perfectly well. No abnormal physical signs save in the muscles of the trunk and limbs. Myoclonic twitchings of deltoids, latissimi, erectores spinae, abdominal muscles, glutei, adductors, &c. The twitchings occur in a small portion of muscle at a time, and are not sufficiently powerful to produce any movement of the joints. Case III.: Myoclonus and Myotonus.-F. H., aged 18. Patient is the second of four children. One older brother, aged 20, is said to be healthy, but has not yet submitted himself for examination. The two younger brothers, aged 15 and 8 respectively, who are also shown to-night (Cases I and II), were said to be healthy, but on examination proved to be suffering from myoclonus.
A year and a half ago patient's mother noticed occasional twitchings of the right shoulder-girdle. Nine months ago the right scapula was noticed to have become prominent. This deformity has become progressively worse, up to the present time. When she first camne under observation, seven months ago, there was localized tonic contraction of the proximal muscles of the right shoulder-girdle, especially the right trapezius. At rest the right scapula was displaced upwards, forwards, and rotated outwards, whilst its lower angle projected backwards for 1J in. At that time the deformity entirely disappeared when the patient pushed both upper limbs horizontally forwards, or raised the limbs above the head, but recurred when the limbs hung down. The patient also exhibits numerous irregular myoclonic spasms of various muscles of the trunk and abdomen on both sides-e.g., rectus abdominis, biceps, supinator longus, quadriceps, adductors, &c. All the voluntary muscles of the body react normally to faradic and galvanic stimulation. Under observation the myotonic conat SAGE Publications on June 21, 2016 jrs.sagepub.com Downloaded from Neurological Section dition has become progressively worse. The deformity of the right scapula has become more marked, and latterly the left scapula has become similarly, although less severely, affected. The condition appears to be one of tonic contraction of certain muscles of the scapula and shoulder-joint. It does not interfere with voluntary movements. If the upper limb be actively or passively raised to the horizontal level or above it, the scapula moves in a contrary direction en bascule, as if the shoulder-joint were ankylosed. The fixity of the shoulder-joint can be temporarily overcome by passive movement, and the scapula can be replaced in its normal position against the thoracic wall. When this is done, however, the tonic contraction of the muscles rapidly reproduces the old deformity, so that the scapula projects in its old position. The tonic spasm of the right trapezius is still well marked.
DISCUSSION.
Dr. WILFRED HARRIS suggested that the third case was really a case of myopathy. It was quite obvious that there was myotonus contracture, but not, he thought, of the trapezius. In his opinion, the trapezius was not in spasm at all. The muscles which were in spasm were the supraspinatus and infraspinatus. The contracture of the supraspinatus underneath the upper fibres of the trapezius caused the appearance of spasm of the latter muscle. Spasm of' the trapezius would cause a very different position of the scapula, which in this case was characteristic of trapezius paralysis. The case was very interesting to him, because he had a similar one under his care for several months. It was the case of a girl who showed, in addition to bilateral trapezius paralysis, not movements of myoclonus, but, rather, choreiform movements. She was aged 15, and had not walked since the age of 7. The case was one which he could not classify, and no similar case had been described to his knowledge. He looked upon it as a combination of myopathy and choreiform movements. Dr. Stewart's case appeared to supply a further link between myotonus, myopathy, and myoclonus.
Dr. PURVES STEWART said that at first sight the case suggested a myopathic element, but against this was the fact that all the muscles, including the lower, middle and upper parts of the trapezius, had normal electrical reactions. Dr. Harris had questioned the existence of spasm of the trapezius in this case. The speaker admitted that the spasm was unequal in degree, but he maintained that it existed, together with spasm of the supraspinatus and infraspinatus.
The tonic spasm of the shoulder-girdle muscles developed unilaterally, that is to say, it began on the one side some months before it began on the other. This was also against a diagnosis of myopathy. He added that Dr. Batten and Dr. Guthrie had pointed out an additional sign that evening, consisting in the distinct muscle-sound heard on auscultating the tonically contracting muscles.
